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The spherules in question are mostly less than pea-sized and situated on the forearms and backs of the hands, where they can be easily shifted for an inch or more in any direction, without causing the patient any pain or discomfort. A few especially small ones about the right patella are strikingly hard to the touch. One from the back of the left hand was excised and found to be a fat-lobule enclosed in a firm fibrous capsule. Probably small subcutaneous lobules, after almost losing their pedicles and blood supply and with thickening of their capsules, develop into the characteristic freely movable spherules, which may afterwards become minute oil-containing cysts, with thickened fibrous or even calcified capsules. This throws light on supposed calcification of fat-lobules. It is possible that they also occasionally occur in cases which are not obviously examples of the Ehlers-Danlos syndrome. They should not be termed lipomata, but seem rather to represent a deviation in the normal fat growth-the arborescent (bud-like) development of freely movable lobules from the subcutaneous fat. It is possible that the pathological process in the rare so-called " arborescent lipoma " of joints is to some extent analogous.
In regard to family history the patient tells us that her parents were first cousins, and that her eldest daughter has over-extensibility of fingers and knees.
The abnormally developed fat-lobules in this case may perhaps be compared to various peculiarities which are known sometimes to occur in other tissues and organs: minute dense, sclerotic patches in bones; the minute so-called fibromata of the renal medulla (quite harmless); the occurrence of a percentage of peculiar corpuscles in the blood of members of some families (sickle-shaped, pear-shaped, oval or globular erythrocytes, " Pelger " leucocytes).
A Member of an Acholuric (Spherocytic) Jaundice Family described in 1910.-F. PARKES WEBER, M.D.
The patient, Mrs. Alice B., when I saw her in 1909, was aged 32 years, and was distinctly jaundiced. The spleen could be felt four fingerbreadths below the costal margin. The liver was apparently not enlarged. Blood-count: Haemoglobin 70 % ; erythrocytes 3,520,000; leucocytes 4,750 (of which 78.2% were polymorphonuclear neutrophils); a few nucleated red cells were present. The resistance of the erythrocytes to graduated hypotonic sodium chloride solutions was decidedly below the normal, haemolysis commencing with the 0 64% solution. The blood-serum was abnormally yellow; it gave a negative Wassermann reaction. She stated that the jaundice had been accentuated during her pregnancies. Her father, aged 53 years, a younger sister, aged 14 years, and a brother, aged 12 years, were likewise typical subjects of familial acholuric (haemolytic) jaundice. Her father's father, who had died at the age of 76 years, had been yellow all his life. These family cases were described by me, with my then house physician, Dr. (later Professor) G. Dorner, in the Lancet, 1910 (i), 227.
The patient continued to enjoy fair health and to do her work as a market saleswoman till November 1932 when, as the result of a fall from a ladder, she sustained an intracapsular rupture of the spleen, which was removed at St. Bartholomew's Hospital (November 16) by Mr. J. E. H. Roberts (an urgency operation). She has since been free from jaundice.
Her sister and brother, mentioned above, and two of her grandchildren have likewise undergone splenectomy at St. Bartholomew's Hospital, with good results.
Discu8sion.-Mr. J. E. H. ROBERTS said that after incision of the peritoneum a dark, fluctuant swelling was seen; this was an encysted collection of old blood within the capsule of the spleen on its anterior aspect. The peritoneum over it gave way while being handled. A large quantity of old liquid blood flowed out into the peritoneal cavity, from which it was removed. The upper pole of the spleen was densely adherent to the diaphragm, and therefore the pedicle of the spleen was first ligated and divided, and the spleen, which was of a very firm consistency, was removed intracapsularly in its upper part, leaving the capsule adherent to the diaphragm. The patient made a good recovery without incident.
In 1928, he (Mr. Roberts) had operated on three sisters of another family: Annie, aged 24, had developed a yellow colour at the age of 14, and had been yellow ever since. Mary, aged 14, was born yellow, and had been yellow ever since. Margaret, aged 12, was also born yellow. In each case there was an enlarged spleen; each sister had gall-stones, which were seen in the radiograms, and all three had a concretion in the appendix. In all there was greatly increased fragility of the red cells. In all three cases the operations of splenectomy, cholecystectomy, and appendicectomy, were performed at the same sitting, and in the case of the two younger girls on the same afternoon. They all made excellent recoveries without incident, and were known to be well four years later. Unfortunately they belonged to a rather poor family, and having migrated from the town in which they lived, had been lost sight of. Their mother said there were no similar cases on her side of the family, but that the father was yellow, had an abdominal tumour (presumably the enlarged spleen) and had had an operation for gall-stones. She could not give any information as to family or relations.
Dr. PARKES WEBER said he had recently seen a girl, aged 21 years, with familial acholuric (spherocytic) jaundice and gall-stones. The "fragility " of her erythrocytes was so great that hemolysis commenced with the 0 7% sodium chloride solution-in fact, with the most concentrated test-solution which had been prepared. She had contracted a prolonged, febrile stomatitis, which was followed by a terrible subacute painful rheumatoid arthritis of the hands, feet, and knees. The heart was not involved and there was no enlargement of any of the superficial lymph-glands. He (Dr. Weber) had never seen or heard of any similar complication in cases of acholuric Jaundice.
In his experience some of the worst cases of the disease were those (especially seen in children) in which there was anemia with splenomegaly, but no obvious jaundice. The families which he had known illustrated, from the genetic point of view, obvious Mendelian dominance, such as had been observed in most recorded families.
Gall-stones in this disease were easily discovered by skiagrams, owing to their calciumcontent. They should always be looked for before operation, as they were said to become an important complication in as many as 60 per cent. of all cases.
Congenital Acholuric Jaundice, without Anamia, Splenomegaly, or Fragility of Red Corpuscles.-F. PARKES WEBER, M.D.
I first saw the patient, G. T. D., a man, now aged 71, in 1917 (Proc. Roy. Soc. Med., Clinical Section, 1917 . Excepting for considerable, somewhat variable, jaundice, chronic deafness (old otosclerosis) and slight nystagmus, he has always given the impression of an active, hard-working, healthy, elderly man, and has never been seriously ill, though at one time he suffered from an ulcer of the leg. Apart from the jaundice and a very strongly positive indirect Hijmans van den Bergh reaction in his blood-serum, he has presented none of the ordinary signs of congenital acholuric (haemolytic) jaundice. He has had no enlargement of the spleen or liver, no anaemia, no excessive " fragility " of erythrocytes, no excess of urobilin or urobilinogen in the urine, and there is no family history of jaundice or anaemia. Blood-Wassermann reaction negative. No microscopic abnormality of blood-cells has been discovered.
Case described as Acquired Acholuric (Hemolytic) Jaundice in 1909.
-F. PARKES WEBER, M.D.
The patient, Mrs. L. W. (formerly L. P.), was first admitted to hospital in January 1908, when she was 39 years of age. She had begun to look pale three years previously and two years before admission she had had an attack of jaundice with pain in the right side. Blood-count (January 1908): Haemoglobin 18%; erythrocytes 900,000; C.I. 1 0; leucocytes 6,000 (eosinophils 0.8%; basophils 0.4%; polymorphonuclear neutrophils 46.0%; lymphocytes 45.6%; monocytes 7.2%); 8 megaloblasts and
